Family History.-The family history revealed that one maternal aunt was registered as a blind person and that another aunt was blind in one eye. The patient's parents were not consanguineous. I , 2 X @ @3 ,2 > JgFig. 4 Comment.-This would appear to be a case of unilateral retinitis pigmentosa. It is noteworthy that:
(1) A suggestive family history of blindness proved to have no bearing on the patient's affection.
(2) There were no other affected members nor was there any history of consanguinity in the parents.
(3) The fundus appearances in the left eye were typical of retinitis pigmentosa, a finding supported by the field but not by dark-adaptation tests.
(4) There was nothing in the personal history to account for the lesion.
REVIEW OF LITERATURE
(1) CASES RECORDED. -Those reported as unilateral retinitis pigmentosa are summarized in the Table ( pp. 102 to 109). Of these a number are clearly inadmissible or of doubtful validity for the following reasons:
(a) Since injury may produce a picture very similar to retinitis pigmentosa, the cases recorded by Hine (1924) and Schupfer (1937) , with a clear history of injury, are questionable. It should, however, be stressed that in none of these three cases was the injury direct to the eye.
(b) Night blindness was recorded in a number of cases (Wilbrand and Saenger, 1909; Bakker, 1925) ; it was probably also present in several more (Gunther, 1913; Fricke, 1917 ; Mohr, 1921 ; Stepka, 1933) . It is improbable that a patient with only one eye affected would complain of night blindness. The presence of night blindness therefore raises the possibility of unequally developed retinitis pigmentosa in the two eyes.
(c) A history of preceding inflammation of the eyes was present in some cases (Steffan, 1874; Neuffer, 1893 ; Moon, 1904; Reuter, 1908; Leber, 1916) . There is therefore the possibility of an inflammatory reaction producing a picture simulating retinitis pigmentosa.
(d) Diagnosis in some cases is questionable because of poor vision in the apparently unaffected eye, as in the cases of Dumont (1886), Schmidt (1890) , Reinecke (1894), and Barrett (1898) .
(e) In the case recorded by Mooren (1867) the retina and optic disk of the apparently normal eye were poorly developed, so that the possibility of a congenital anomaly should here be considered.
(f) The cases of Guibor (1933) and Yasutake (1933) are clearly instances of retinitis pigmentosa in unequal degrees in the two eyes. de Wecker and de Jaeger, 1870; Baumeister, 1873; Guensburg, 1890; Gonin, 1902; Nettleship, 1908; Jennings, 1911; Gunther, 1913; Bentzen, 1917; Beigelman, 1931; McLean, 1933; Agatston, 1937; Dreisler, 1948; Gordon, 1949) , the fellow eye is clearly normal, ophthalmoscopically and functionally. It may therefore be taken that the clinial picture of unilateral retinitis pigmentosa is a genuine entity, but as only four (Pedraglia, 1865; Shoji, 1926; Beigelman, 1931 ; and Dreisler, 1948) have been followed for two years or more, it is still an open question whether changes develop in the fellow eye at a later date.
The cases appear to be equally distributed over the two sexes.
(2) ASSESSMENT.-It is generally accepted that the cardinal features of retinitis pigmentosa, apart from its bilateral and symmetrical distribution, are its hereditary character, the generally relentless course, and the presence of night blindness and characteristic field defects. In addition, deaf-mutism is present in some 10 per cent. and mental deficiency in some 4 per cent. of cases. Applying these criteria to the cases of apparent unilateral retinitis pigmentosa, the following considerations emerge: HEREDITARY CHARACTER.-AS can be seen from the Table, in only 23 out of a total of 45 cases recorded is there any mention of a family history; in seventeen of these 23 the family history is recorded as negative, and in six positive findings are given as follows:
(a) Cases with Affected Sibs (i) Derigs.-A brother is recorded as having bilateral retinitis pigmentosa. Since no details are given on the apparently normal eye of Derig's patient, it is open to question whether unequally developed retinitis pigmentosa was present.
(ii) Schmidt.-A brother is recorded as suffering from bilateral retinitis pigmentosa. Whether Schmidt's patient is a genuine case of unilateral retinitis pigmentosa is uncertain, as the vision in the aparently normal eye was as poor as that of the affected eye.
(iii) Neuffier.-Two sisters had bilateral retinitis pigmentosa and the parents were consanguineous. Here, however, the patient with unilateral retinitis pigmentosa is recorded as showing disease of the vitreous with opacities, detached retina, chorio-retinitis, and optic atrophy. It is therefore possible that this patient was suffering from some incidental inflammatory disease rather than from retinitis pigmentosa.
(iv) Wilbrand and Saenger.-A sister was " rather deaf and almost blind No details are given as to the nature of the blindness. Moreover, the patient himself complained of night blindness, so that the validity of a finding of unilateral retinitis pigmentosa is questionable. (b) Cases with Consanguinity. Information is given in 23 cases, with a positive record in three. 
(c) Affected Parents
There is only one case, that of Leber. The patient's mother is recorded as having had " chorio-retinitis pigmentosa ". The account given of the condition of the patient suggests that she suffered from an inflammatory lesion in one eye. RELENTLESS COURSE.-It has already been noted that in the total of 45 cases, only four seem to have been followed for over two years or more. That of Pedraglia (1865) was followed for 26 years, when Deutchmann confirmed histologically pigmentary changes in the retina. Shoji (1926) followed his case for 10 years and noted a steady increase in symptoms. Beigelman (1931) followed his case for 6 years, vision slowly deteriorating in the affected eye from 20 25 to 20 40. Dreisler (1948) observed his patient over two years, the affected eye being blind. In none of these cases did the other eye become affected. The information given in the remainder is not enough to judge whether the cases are progressive, and whether some of them may not have been early cases of unequal retinitis pigmentosa in the two eyes. This possibility is suggested by the facts that generally in unilateral retinitis pigmentosa vision is recorded as good, and that the cases were presumably fairly early ones.
NIGHT BLINDNESS AND FIELD DEFECTS. -Unilateral loss of dark adaptation appears to have been present in three cases (Shoji, 1926; Yasutake, 1933; Schupfer, 1937) , and such information as is given on field defects is not of pathognomonic significance. SUBSIDIARY FEATURES: DEAF MUTISM AND MENTAL DEFICiENcY.-In only one case (Pedraglia, 1865), is deafness, apparently of the acquired type, recorded. In two cases (Baumeister, 1873; Agatston, 1939) , there was unilateral deafness, on the same side as the affected eye and on the opposite side respectively. There is no record of mental deficiency.
DISCUSSION
Much of the recorded material comes from older literature wherein the distinction between retinitis pigmentosa and pigmentary changes in the fundus was not firmly established. But even the more recent cases do not add up to a clear picture. The only point that emerges is that some patients show unilateral fundus changes resembling retinitis pigmentosa, but lack almost entirely the other features of the affection.
In this analysis there is not a single acceptable case with a definite family history of retinitis pigmentosa.
The two acceptable records of consanguinity (Shoji, 1926 Yasutake, 1933 both refer to Japanese cases and may well require ill group.bmj.com a local interpretation. Even this is minimized by the fact that in one a syphilitic aetiology is not unlikely. Evidence of unilateral defective dark adaptation was present in only three cases, and in no case was there evidence of deaf-mutism, or mental deficiency. The case reported here is no exception in lacking such essential or subsidiary features. Until such evidence is produced there is nothing to suggest that the picture of unilateral retinitis pigmentosa has any relevance to the classical bilateral affection with its clear-cut genetic aspects and invariable complaint of night blindness. The causative factors in unilateral retinitis pigmentosa are still to be established. It is likely that they will prove to be of environmental origin, though there is a possibility that some may arise as a somatic mutation. SUMMARY A case showing the features of unilateral retinitis pigmentosa is recorded. The negative family history conforms to the findings in the literature. In spite of a typical fundus reaction there was no defective dark adaptation. It is suggested that unilateral retinitis pigmentosa is unrelated to the classical bilateral affection with its clear-cut genetic aspects and characteristic functional disturbances. I am indebted to Professor Arnold Sorsby and Dr. R. A. Burn for their guidance and interest. I am obliged to Mr. J. B. Davey for help with the tests for dark adaptation, and to Mr. Nigel Cridland for kindly examining and reporting on one of the patient's sisters (II, 8) .
